Abstract A 50 year old woman developed progressive encephalomyelitis with rigidity over a three year period.
Over the next nine months she had painless, mild dysphagia and a strangled quality to her voice. Admission to this hospital was precipitated by the occurrence of paroxysms of intense, painful muscle spasm, synchronously in all four limbs, associated with a choking sensation and profuse sweating. These episodes lasted for several hours and required parenteral administration of diazepam.
Past medical history included hypothyroidism diagnosed in 1983, for which she was taking thyroxine replacement, and a hysterectomy in 1984. She did not smoke and drank less than ten units of alcohol per week. There was no family history of neurological illness.
On examination she was mildly depressed but cognition was normal. Her face was flushed and she was sweating profusely. There was a mild spastic dysarthria. Examination of the spine showed globally reduced movement from the cervical to the lumbar regions with the shoulders fixed in elevation. There was a marked thoracic kyphoscoliosis and lumbar lordosis with profound paraspinal muscle spasm and rigidity. Her gait was normal, other than a movement "en bloc" of the trunk on turning. Saccadic eye movements were slow and hypometric in all directions, particularly to the right. Pursuit eye movements were limited upwards and to the right but improved with Dolls' Head manoeuvre. No nystagmus was observed. There was wasting of both temporalis muscles, a brisk jaw jerk and mild weakness of neck flexion. The rest of the cranial nerves were normal. Tone was normal in the upper limbs and no fasciculations were seen. There was symmetrical wast-ing of the shoulder girdle muscles and 4 + /5 weakness of the deltoids and triceps. The abdominal muscles were rigid. Tone in the lower limbs was normal and there was mild generalised wasting. Again, no fasciculations were seen. There was a 4 + /5 weakness of the iliopsoas and hamstrings bilaterally. She was areflexic and the plantar responses were both flexor. Sensory examination was normal. The patient demonstrated striking stimulus-sensitive myoclonus; when eliciting the jaw jerk or gently tapping the face in the "snout" area, brief, painful shock-like spasms were provoked synchronously in all four limbs.
General 
Discussion
The cervical emphasis of the rigidity, progression over three years to involve the bulbar musculature and lower spine, with loss of tendon jerks, nuclear and supranuclear gaze palsies and reticular reflex myoclonus all pointed towards the diagnosis of PEWR in this patient. It is thus possible to distinguish clinically PEWR from other causes of muscular stiffness and rigidity, particularly the stiff man syndrome and the syndrome of continuous muscle fibre activity.35
CT scanning showed a mild degree of cerebellar atrophy. More pronounced cerebellar atrophy has previously been reported in a similar case with a slowly progressive course over nine years.' The MRI scan was, however, entirely normal and this contrasts with a recent report of PEWR in a 52 year old female in whom MRI demonstrated a lesion of the cervical cord and lower brainstem.'
Neuropathologically, PEWR is characterised by perivascular lymphocytic cuffing, increased microglial activity, astrocytic gliosis and neuronal loss, which mainly affects the brain stem and spinal cord, especially in the cervical region.47 Previously, this had further enabled a distinction to be made from other related disorders, particularly the stiff man syndrome, because in the few cases of stiff man syndrome evaluated at necropsy, no pathological findings in the nervous system had been found.8 However, a recent report oftwo cases of stiff man syndrome and autonomic instability examined neuropathologically has demonstrated perivascular gliosis in the spinal cord of one patient, and lymphocytic perivascular infiltration, predominantly in the spinal cord, brainstem and basal ganglia in the other.9
Recently, antibodies to gamma-aminobutyric acid containing (GABA-ergic) neurons, and in particular anti-GAD antibodies, have been described in the serum and CSF of 20 patients with stiff man syndrome,2 using light microscopy immunocytochemistry and Western blot analysis. There was a striking association with organ-specific autoimmune disease, particularly insulindependent diabetes mellitus, but also hypothyroidism, Graves' disease, vitiligo and possibly epilepsy. Impaired function of the inhibitory, GABA-ergic neurons has been implicated in the pathogenesis of stiff man syndrome. It was suggested that autoantibodies directed against GAD, the enzyme that synthesises GABA, could lead to reduced GABA-mediated central inhibition and thus alpha-motor neuron over-activity.
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